Clinical scenario {#sec1}
=================

An 81-year-old male presented to the Emergency with chief complaints of chest pain and dysphagia. History of presenting illness revealed the chest pain was precipitated suddenly while eating lunch. It was a severe 10/10 tearing type of pain that radiated to the upper abdomen. Past medical history included cardiac arrhythmias (ie, ventricular fibrillation and arrest treated with an implanted defibrillator) and idiopathic thrombocytopenic purpura (ITP) (with recent history of transfusion with platelets). Additionally, past medical history also included hypertension and hyperlipidemia controlled with ongoing medication (ramipril and atorvastatin, respectively).

Upon physical examination, patient was retching and appeared to be pale and diaphoretic. His respiratory rate was around 32/min. His blood pressure was 164/80 mm Hg (left arm); however, the rest of the vitals signs were within normal range (HR: 84/min, SpO~2~: 98, temperature: 36.5°C). Abdominal examination showed guarding, and respiratory and cardiac examinations was normal.

An ECG and blood test for serum cardiac enzymes were reported to be negative, confirming the etiology as a noncardiac chest pain. A complete blood count showed hemoglobin levels of 114 g/L (ref. 130--180 g/L) and platelet count of 68 × 10^9^/L (ref. 150--400 ×10^9^/L). Coagulation workup showed INR-PT of 0.9 (ref. 0.8--1.2) and APTT of 22 (ref. 22--35). Isolated thrombocytopenia aided in making the partial diagnosis of an episode of ITP. Blood chemistry appeared unremarkable, and liver function test was within normal range.

ITP, anemia, and the clinical presentation of the patient raised concerns of possible aortic dissection, submucosal esophageal hematoma (SEH), Boerhaave syndrome, and Mallory-Weiss tear, etc. This patient was therefore arranged for a CT exam of the chest before and following intravenous contrast. CT findings revealed a 17-cm long segment of homogeneous, soft tissue like density in the mid-to-distal esophagus with smooth eccentric configuration causing luminal narrowing ([Figs. 1](#fig1){ref-type="fig"} and [2](#fig2){ref-type="fig"}). The maximal esophageal wall measures approximately 26 mm in thickness. This brought upon the suspicion of a SEH. A subsequent single contrast upper gastrointestinal study was performed. It showed a large eccentric luminal narrowing caused by a mural wall compression of the mid-to-distal esophagus, confirming the submucosal hematoma ([Fig. 3](#fig3){ref-type="fig"}). It appeared to a stage III manifestation of SEH, as the lesion compressed the esophageal lumen [@bib1].

The patient was managed with supportive therapy with intravenous fluids, morphine, and prochlorperazine. The ITP was managed with a combination of IV immunoglobulin and methylprednisolone. No platelet transfusion was performed. This was followed by continuous treatment with prednisone and danazol on an out patient basis with a follow-up with the family doctor and hematologist. Meanwhile, the SEH, known to resolve spontaneously, was treated with supportive therapy with pantoprazole.

Thereon, the SEH was treated conservatively. A 3-month follow-up CT showed complete resolution of the lesion ([Fig. 4](#fig4){ref-type="fig"}).

Discussion {#sec2}
==========

In a nutshell, this was a case of an 81-year-old male with an exacerbation of his previously diagnosed chronic ITP manifesting as a SEH.

ITP is an autoimmune hemorrhagic disease whose exact cause is still unknown. It is, however, stipulated that abnormal antibodies against immunoglobulin G bind to the platelet membrane causing the platelets to be eliminated in the spleen [@bib2]. ITP is classified as acute and chronic; acute ITP occurs particularly in children (peak age 2--5 years), while chronic is seen mostly in adults (peak age 20--50 years). Further, adult ITP affects females more than males (3:1) [@bib3]. As the case in question is an 81-year-old male patient, a thorough investigation of instigating causes was warranted (ie, underlying bone marrow pathologies like myelodysplasias, leukemias [@bib4], etc.) in order to distinguish the true primary etiology.

The diagnosis was made by exclusion. The presence of thrombocytopenia with normal coagulation studies, along with no history of drugs or other comorbidities that could potentially precipitate ITP, and the past medical history of ITP further supported the diagnosis. The condition mostly presents as purpura, bleeding from mucous membranes, and hemorrhage as the most serious complication (intracranial hemorrhage being the most frequent cause of death) [@bib5]. This patient presented with a SEH, a rare entity, which occurred secondary to the proposed ITP, yet again, making it a unique case not only demographically, but also in its clinical manifestation.

In literature, SEH is also known as intramural hemorrhage or intramural dissection. It is a rare form of esophageal insult that may occur spontaneously or due to iatrogenic reasons, trauma, or toxic ingestion. Risk factors include states of increased esophageal pressure (ie, vomiting), female sex, and coagulopathy [@bib6]. Presence of hypertension may also play a role in the mechanism of this form esophageal injury and is worth further review of literature and research. It presents itself mostly with all or a combination of the following symptoms: sharp retrosternal pain radiating toward the abdomen, epigastric pain, dysphagia, odynophagia, and hematemesis [@bib6], [@bib7]. Before arriving at the diagnosis of SEH, alarming cardiovascular and gastrointestinal causes need to be investigated and excluded.

A CT scan is a nontraumatic and an appropriate initial modality to investigate the patients' complaint. It aids in the detection of the extent of the disease and is also helpful in excluding other disorders. In SEH, a CT scan can reveal the intramural soft tissue density as an acute hematoma. According to luminal involvement, SEH is classified into stages. Stage I is characterized by an isolated hematoma, while in stage II, the hematoma is surrounded by tissue edema. When a hematoma with edema compresses the esophageal lumen, it becomes stage III. And, in stage IV, the esophageal lumen is obliterated by the hematoma, edema, and clot formation [@bib1]. In this case, the CT findings along with the clinical presentation had raised suspicion of an SEH of stage III. To further confirm the provisional diagnosis, a single contrast esophageal swallowing study was done using a water-soluble contrast. It is noted that an upper GI endoscopy can also be performed for diagnostic and therapeutic purposes [@bib8]. It may allow direct visualization of luminal narrowing, mucosal friability, and the presence of other lesions. Endoscopic esophageal ultrasonography may also be useful in difficult cases [@bib6]. SEHs, known to resolve spontaneously, are treated conservatively and are followed up clinically. If clinically warranted, an appropriate CT or esophagogram can be helpful to evaluate the evolution/resolution of the SEH.
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